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Abstract

Systemic lupus erythematosus (SLE) is an autoimmune disease that affects
mainly women, presents several clinical manifestations and has no known ex-
act cause. The skin is one of the organs that can be affected, with subacute cu-
taneous lupus erythematosus (SCLE) being one of the classifications accord-
ing to cutaneous lupus erythematosus lesions. SCLE is commonly found in
young to middle age women and carries characteristics related to sun expo-
sure. In this report, there is a rare case of a male and elderly patient that
presents SCLE subgroup initially asymptomatic, with subsequent appearance
of macular skin lesions and vitiligo appearance. This is an important case to
alert health professionals that the disease can manifest itself and open its clin-
ical profile even in patients of sex and unusual ages.
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1. Introduction

Systemic Lupus Erythematosus (SLE) is an autoimmune pathology, with a spec-
trum of vast clinical manifestations that can affect any system, with greater in-
volvement in female individuals, in a proportion of nine times bigger when
compared to male. In United States, the prevalence is approximately 130/100,000,
with African Americans Hispanics and Asians being the most frequently affected
(1] [2] [3].

Such a disease remains with an unknown etiology, yet it has a strong genetic

component with high familial agreement. It is important to remember that en-
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vironmental factors, such as ultraviolet (UV) radiation, stress, medication or in-
fection, viral and hormonal factors can be considered as possible causes and may
contribute to the disease onset [4] [5]. One important characteristic is the pres-
ence of circulating auto-reactive antibodies that are deposited in tissues such as
brain, kidneys and skin, resulting in an inflammatory response with considerable
organs damage [4] [6].

It does not have linearity as it progresses, following a course of reaction and
remission and, due to its heterogeneity, may vary from patient to patient, mak-
ing both diagnosis and treatment are challenges [4] [5] [6]. Its clinical manife-
stations are ample, and may involve any organism component, simultaneously
or in stages, during any illness period [2] [7].

To reach the diagnosis, it is of great importance to carry out the research of
antibodies or antinuclear factors (ANF) by the indirect immunofluorescence
technique. Although this test is not specific, its positivity serves as a screening
because of its high sensitivity, the pathology presence is very unlikely if the test
result is negative [6] [8] [9] [10]. Furthermore, the search for Anti-DNA, An-
ti-Sm and antinucleosome can be found in SLE and may help in laboratory cha-
racterization [8] [9] [10].

The cutaneous system may be the most affected, since it is involved in up to
85% of SLE cases and may be the only organ related to cutaneous lupus erythe-
matosus (CLE). Current theories, point to a relation of multiple factors that lead
to the cutaneous lupus development, including autoimmune induction, immune
system damage and genetic susceptibility [5] [11].

Cutaneous lesions constitute 4 of the 17 new criteria established by the Inter-
national Systemic Lupus Collaborative Clinics (ISDCC) in 2012, for SLE diag-
nosis: acute cutaneous lupus, chronic cutaneous lupus, oral ulcers and
non-healingalopecia [7]. The patient’s history, clinical and laboratory tests, se-
rology and histopathological examination should be the basis for CLE diagnosis
[11] [12] [13].

CLE lesions classification is related to clinical, histological and immu-
no-serological criteria, such as: Acute Cutaneous Lupus Erythematosus (ACLE);
Subacute Cutaneous Lupus Erythematosus (SCLE); Chronic Cutaneous Lupus
Erythematosus (CCLE); and Intermittent Cutaneous Lupus Erythematosus
(ICLE), the last one, being considered by some authors to be part of CCLE sub-
group [5] [7] [14].

Another classification form, proposed by Gilliam, separates the lesions ac-
cording to their histopathology, being they erythematous specific and nonspe-
cific lesions. Specific ones are usually present only in patients with erythemato-
sus lupus (EL), and may be considered as diagnostic. Non-specific ones are not
found in EL, since they can also be observed in other autoimmune diseases [5]
[11].

SCLE occurs mainly in women, as well as in SLE, at young or middle-age, and

has the characteristic of being highly photosensitive, not being commonly found
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in males in various age groups. Two morphological types of SCLE can be found:
polycyclic annular, characterized by presenting squamous erythematous plaques,
prone to adhere and form a polycyclic matrix and papulosquamous, which can
be manifested by psoriasis or eczema [1] [11] [15].

Lesions found in SCLE are located mainly in areas with sun exposure, as in the
upper thorax (“V” distribution), arms and forearms, with symmetrical arrange-
ment, and in the posterior thoracic region upper part, and may be characterized
by non-ulcerative hypochromic-erythematous macules. Generally, the face cen-
tral portion and the scalp are spared. In addition to UV rays, several drugs can
induce the onset of SCLE, such as terbinafine converting enzyme inhibitors. Skin
lesions are not indurated, but there is a possibility of hypopigmentation with vi-
tiligo [11] [15] [16].

Most SCLE patients tend to have mild systemic symptoms, especially myalgias
and arthritis, whereas more severe systemic disorders such as central nervous
system lupus and nephritis affect less than 10% of the cases [11] [17].

The positivity of anti-Ro and anti-La autoantibodies can be found in the SCLE
and may also indicate systemic disease. It is common for patients with SCLE to
have mild systemic symptoms such as myalgias and arthritis [11] [17].

As a differential diagnosis, dermatomyositis and cutaneous T-cell lymphoma
can be mentioned, considering the fact that these lesions have similar appear-
ances [11] [18].

Treatment includes topical sunscreens, moderately potent steroids, pimecro-
limus and topical tacrolimus. Situations with more severe involvement can be
approached with systemic steroids and hydroxychloroquine [19] [20] [21] [22].

This paper aims to present a rare case of an elderly man with SCLE, with a
focus on the diagnosis of this pathology in a patient with sex and age opposed to

what is usually found in literature.

2. Case Report

Patient JAMT, 69 years old, male, from Valenga, R], attended the dermatology
outpatient clinic at the Luiz Gioseffi Jannuzzi School Hospital, presenting the
presence of biliary-like hypochromic erythematous macules in the upper limbs
bilaterally, especially in the forearms and in the back of the hands, in the sternal
region (in the V area of the neck) and in face, with a slight involvement around
his lips initiated 6 months before, with frame progression (Figures 1-3). He did
not have previous pathologies, only made sporadic use of Proton Pump Inhibi-
tor, Omeprazole 20 mg, during episodes of epigastralgia. He denied hospitaliza-
tions and previous surgeries. According to him, he has a habit of wearing a cap
for face protection; however, the other areas remain uncovered, which left them
exposed to solar radiation. The patient was asked to perform tests for SCLE,
ACLE, vitiligo or paraneoplastic syndrome evaluation. In addition, guidance for
use of sunscreen factor 30.

At the beginning of 2017, patient returns with the exams results, which in-

cluded the values represented in Table 1.
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Figure 1. Hypochromic erythematous macules of
vitiligo aspect in dorsal region of hands and fo-
rearm.

Figure 2. Hypochromic erythematous vitiligo-like
erythematous lesions on the upper limbs and V of
the neckline.

Figure 3. Hypochromic erythematous macules of
vitiligo aspect in sternal region, in V of the neck.
Macular lesions in hypochromic regions in the cer-
vical and labial region.
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Table 1. Laboratory tests.

Exam Results Exam Results
Anti-Ro 240 U/ml Free PSA 20.4 ng/ml
Anti-Sm <7 U/ml Total PSA 249 ng/ml
Anti-La <7 U/ml Relation free/total 8%

Anti-DNA Negative Free T4 0.84 ng/dl
PCR <6 U/ml TSH 2.43 mU/L
FAN 1:320 U/ml C3 119 mg/dl

FR <8 Ul/ml C4 26 mg/dl

In addition to these, there was a histopathological procedure that included
degeneration of the basal layer, epidermis atrophy, lymphocytic exocytosis, pe-
rivascular lymphocytic infiltrate, pigmentary incontinence and upper collagen
hyalinization, in lane, concluding a condition compatible with SCLE.

The patient therapeutic approach was based on start using hydroxychloro-
quine 400 mg/day, besides sun protection and investigation of SLE, which was
negative.

However, the patient did not continue his clinical follow-up on a regular basis,
which made more details of follow-up impossible after an initial approach, as
well as greater details of antibody titers and the appearance of their lesions after
drug therapy.

It is worth noting that the patient had his doubts clarified about his clinical
condition and was exposed about the importance of his case, being this con-
senting with the publication of the present report, signing the Term of Free and

Informed Consent.

3. Discussion

On general, the prevalence of autoimmune diseases is much higher in women
when compared to the opposite sex, and the young age group is the most af-
fected. SLE is nine times more prone to happen in women when compared to
men, as well as SCLE, which also predominates in female subjects [1] [2] [4].
Women, especially those of young age, are the most likely to have autoimmune
disease, as evidenced in the literature. The report refers to a man in old age, 69
years, which makes the present study atypical. This can be confirmed by the fact
that the patient is male and elderly, which is the opposite of what is found in
studies for autoimmune conditions, such as SCLE, both by sex and age group.
Commonly, patients with SCLE have some milder systemic symptoms, in ad-
dition to the fact that they have cutaneous involvement in their subacute form,
they have diffused, non-ulcerative erythematous lesions that predominate in the
upper limbs and trunk upper part, with face usually being spared [2] [5] [8].
Considering that SCLE may or may not be related to lupus systemic form, the
patient does not escape the usual when it is revealed an asymptomatic condition

onset. However, it presents skin lesions characteristic of subacute lupus, hy-
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pochromic erythematous macules that are located in both the upper limbs and in
sternal region, areas more exposed to solar radiation. The face is almost spared
because the use of cap, which avoids sun’s incidence in this area, excluding a
small region close to the lips, which is configured as a transition part between
the area protected by the cap and the photo exposed area.

There is involvement of the hands dorsum and proximal phalanges bilaterally,
and the interphalangeal joints are spared, as can be found in the disease this
place of cutaneous involvement [10] [23] [24].

Considering that the values for Anti-Ro are reactants when higher than 10.0
U/mL [6] [8] [11], this patient presents 240 U/mL, noting the relation between
anti-nucleus antibody and SCLE, corroborating with the diagnosis. In addition
to this, one can search for Anti-La [6] [8] [11], which shows positivity when
above 10.0 U/mL, and the patient has a value lower than 7.0 U/mL, which can
also be present in the disease and comes according to the literature, because An-
ti-La is found in only approximately 10% of lupus carriers [6] [8] [11].

Patients with autoimmune pathologies tend to have moderate (1/160 and
1/320) and high (=1/640) titers, while those who are healthy have low titers
(1/80), but there are exceptions [6] [8] [9] [11]. The result found in the patient’s
FAN test reveals that it can be classified as a moderate degree, 1/320, which
shows the condition autoimmune nature, being highly sensitive to these condi-
tions, so it is fundamental for further investigation.

Anti-DNA antibodies are considered as SLE markers, as are Anti-Sms [6] [8]
[11]. The patient results emphasize the case rarity, since the first examination
was negative, and the second below 7.0 U/mL being non-reactive, once these
markers are very found in this pathology.

Deficiencies of C3 and/or C4 may indicate SLE or SCLE, but may also be re-
lated to other diseases [6] [8] [25]. In the case presented, the patient remains
with its values within the normal range, being C3 119 mg/dL and C4 26 Mg/dL,
whereas the reference values for C3 and C4 are respectively 90 - 180 mg/dL and
19 - 52 mg/dL.

Histological findings vary for each subtype, but characteristics such as vacuo-
lar or hydropic alteration and lymphocytic infiltrates are generally present in
CLE cases [11] [23] [24], being found in the patient a lymphocytic infiltrate
compatible with the pathology. In addition to these findings, some authors pro-
pose histopathological criteria to determine SCLE diagnosis, such as lympho-
cytes suprabasal exocytosis, prominent epidermal atrophy, minimal or absent
basement membrane zone thickening [2] [11] [23] [24]. This case patient,
presents a histopathological finding of degeneration of the basal layer with epi-
dermal region atrophy, perivascular lymphocytic infiltrate and lymphocytic ex-
ocytosis, being concluded a SCLE diagnosis.

SCLE may be induced or aggravated by certain drugs, such as Proton Pump
Inhibitors, Thiazide Diuretics, and Calcium Channel Blockers [26] [27]. The pa-

tient used the Proton Pump Inhibitor, Omeprazole 20 mg, in an irregular man-
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ner, only when he had episodes of epigaltralgia, which may be a triggering factor
of the clinical picture.

Treatment can be done by topical sunscreens, steroids and calcineurin inhibi-
tors, while more severe conditions can be treated with hydroxychloroquine and
systemic steroids [28] [29] [30] [31]. The patient was duly approached, being
treated with hydroxychloroquine 400 mg/day and together with the use of sun-
screen. However, it was not adherent to the therapy and did not follow its outpa-
tient follow-up adequately, and no further information on the succession of the
lesions and antibody titers after initiation of pharmacological therapy were col-
lected.

4. Conclusions

SLE is a highly complex autoimmune disease presenting the most varied immu-
nopathological disorders. Within the disease context, the most frequent manife-
stations are the cutaneous lesions, which generate CLE variants, different from
each other in relation to the symptoms they can present.

Considering this report’s focus, SCLE is one of erythematosus lupus subtype,
with clinical, serological, histopathological and even genetic characteristics, dis-
tinct from others. They occur in sunlight exposed areas because they are photo-
sensitive regions and affect mostly young or middle-aged women.

In view of the foregoing, it can be inferred that rare cases of this disease can be
found, such as the patient described above, which presents variations by sex, age,
clinical and laboratory manifestations, and it is fundamental to consider such
pathology in differential diagnosis of cutaneous affections, even if the most pre-

valent epidemiology of the condition is not followed.
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